Acute intermittent porphyria in childhood: a neglected diagnosis?
Sir, It was with great interest that we read the report under this heading by Dr. Naomi Barclay (1974) . We would like to support her conclusions and mention that we previously reported the clinical, biochemical, and family findings in a 5-year-old boy with acute intermittent porphyria (AIP) (KreimerBirnbaum, Mosovich, and Bannerman, 1971) . He presented with convulsions, and other features, as in adults, included abdominal pain, hypertension, and electrolyte disturbances. There were greatly increased levels of 8-amino-levulinic acid, porphobilinogen, and porphyrins in the urine. At that time we were unable to determine by urine tests and glycine loading tests who else in his family was a latent carrier of the AIP gene.
More recently we have studied the children of a man who has had repeated active episodes of AIP (Table) , the W. family (Kreimer-Birnbaum and Bannerman, 1974) . The propositus' 5-year-old daughter has had recurrent convulsions, usually in association with upper respiratory infections, and classified as febrile convulsions. By assaying red cell uroporphyrinogen synthase (URO-S) (Strand et al., 1972; Granick et al., 1972) , the enzyme that converts porphobilinogen to uroporphyrinogen, by a micromethod, it was shown that this child and her brother aged 6, like their father, have low URO-S levels (Table) and are probably latent carriers of the AIP gene. The little girl's convulsions may therefore be wholly or partly due to AIP.
In order to detect carriers early in life by the presence of low URO-S levels, we have extended our studies to cultured amniotic fluid cells, and cord blood (KreimerBimbaum, Rusnak, and Kaplan, 1974) . There is measureable URO-S activity in cultured amniotic cells, but the range of activity is very large. Methodological improvements are in progress so that it may become possible to make an antenatal diagnosis of latent AIP. Cord red cells from apparently normal babies show a mean level of 87-6 nmol porphyrin formed per ml red blood cells per hour . This is twice as high as the mean value for control adult blood (Table) . The URO-S level of cord blood cells of the newbom in the W. family was 54-8 units, which is below the lowest value of normal range. At 4 months of age (with a fetal Hb level of 12 g/dl) the URO-S has declined to 23 5 units. In a few months, as this child's blood loses its fetal characteristics associated with very high levels of URO-S activity (Kreimer-Bimbaum et al., 1974) , it may be possible to define her genotype.
It is ofthe utmost importance that paediatricians recognize the symptomatology of AIP and include it in their differential diagnosis, and that known porphyrogenic anticonvulsants, such as the barbiturates, should not be too readily prescribed. Family history and the recently developed biochemical tests in addition to the usual urine tests should help in the early diagnosis of AIP. 
